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Abstract 
  
  We Present a 17 month's old boy with abdominal distention. He has hepatosplenomegaly and pallor on 
physical examination . He was mild - mental retarded. There was seen histyocytes compatible with Nieman pick 
disease In BMA and cherry red spot on the macula. There was mild ventricular dilation in brain CT scanning and 
osteoprosis in X-ray of long bones. The diagnosis was Nieman pick disease and is caused by sphingomeyelinase 
deficiency. Treatment is only symptomatic and genetis conselling is useful in prevention .  
key words : Nieman pick disease , Children . 
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